Case report
===========

A 56-year-old male patient was seen in the dermatology clinic for a 25-year history of an asymptomatic cluster of violaceous papules in a coalescing pattern on the right lateral thigh ([Figure 1](#f1-dp0503a03){ref-type="fig"}). No other significant findings were found on physical exam and all laboratory results were within normal demographic ranges. The patient reported to have hypothyroidism that was diagnosed one year ago and trigeminal neuralgia for which he was taking carbamazepine and calcium for five years' duration. An incisional biopsy from one of the lesions involving lesion and peri-lesional skin was performed.

Discussion
==========

Dermatopathological examination revealed hyperkeratosis, an acanthotic epidermis with elongation of rete ridges, and a superficial to deep dermal inflammatory infiltrate ([Figure 2](#f2-dp0503a03){ref-type="fig"}). An Alcian blue stain at a pH of 2.5 was performed indicating the presence of mucin within the papillary dermis ([Figure 3](#f3-dp0503a03){ref-type="fig"}). Clinicopathologic examination confirmed the diagnosis of mucinous nevus.

Mucinous nevus is a benign hamartomatous lesion, first described by Redondo Bellian in 1993, is a rare type of primary cutaneous mucinosis \[[@b1-dp0503a03]\]. Its name stems from the lesion's striking appearance to a nevus and the presence of dermal mucin \[[@b2-dp0503a03]\]. Histologically, two types of MN exist: connective tissue nevus of the proteoglycan (CTNP), and the combined epidermal connective tissue nevus of the proteoglycan. CTNP is classified by the presence of dermal mucin whereas combined epidermal nevus of the proteoglycan has features consistent with epidermal nevi, hyperkeratosis, elongation of rete ridges, and an acanthotic epidermis \[[@b3-dp0503a03]\]. A case has been reported of combined epidermal CTNP, with mature adipocytes within the superficial dermis that was misdiagnosed as nevus lipomatosis superficialis indicating the importance of Alcian blue staining in suspicious lesions \[[@b4-dp0503a03]\].

Clinically the lesions may be congenital \[[@b1-dp0503a03]\] or may develop later on in life \[[@b5-dp0503a03],[@b6-dp0503a03],[@b7-dp0503a03]\], as they did in our patient and can vary in presentation most often appearing as papules, plaques, or even a pedunculated mass \[[@b8-dp0503a03]\] in either a rare zosteriform pattern or a more commonly a unilateral linear nevoid pattern. The most common location for these lesions is the lower back4; however, cases have been reported on the abdomen \[[@b9-dp0503a03]\], thighs \[[@b10-dp0503a03]\], and face \[[@b11-dp0503a03]\].

The pathogenesis of mucinous nevus remains uncertain; however, many theories exist regarding the origin of the mucin. The most supported theory is that the mucin is overproduced by abnormal fibroblasts within the superficial dermis \[[@b12-dp0503a03]\] Characteristically, due to positive staining with Alcian blue, at a pH of 2.5, and not at 0.5, mucin is considered to be of hyaluronic acid origin \[[@b5-dp0503a03]\].

Due to the subtleties in its presentation and histology, differential diagnoses to consider include: nevoid follicular mucinosis \[[@b13-dp0503a03]\], cutaneous mucinosis of infancy \[[@b14-dp0503a03]\], cutaneous focal mucinosis \[[@b14-dp0503a03]\], epidermal nevus \[[@b14-dp0503a03]\], nevus lipomatosis superficialis \[[@b4-dp0503a03]\], papular mucinosis \[[@b14-dp0503a03]\], and the various connective tissue nevi. Other features such as dermal inflammation may be present as seen on the hematoxylin and eosin stained specimen from the biopsy of our patient's lesion. Although this moderately dense inflammatory infiltrate most likely represents exogenous irritation from pruritus, it may distract pathologists to focus on the inflammatory lesions as opposed to the background features favoring mucinous nevus. For this reason, biopsy with dermatopathological evaluation is necessary with the addition of Alcian blue staining at a pH of 2.5 for identification of dermal mucin, along with Von Geison staining to determine the quantitative extent of elastin fibers within the papillary and reticular dermis.

The benign nature of these lesions requires only excision-based therapy. Some authors have suggested the use of carbon dioxide laser therapy only for MN classified as combined epidermal CTNP \[[@b15-dp0503a03]\].
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